JOAN B., aged 2, was admitted to the Royal Waterloo Hospital last September. She was unable to walk or sit up properly, but was practically normal mentally.
The condition was first noted when she was 6 months old, but it may have existed from birth. There is no similar case in her family.
On examination she was seen to be normally developed for her age. The muscles of her face and eyes, mastication and deglutition, showed no interference with function. I3oth legs and arms were limp and the presence of kyphosis was evident in her back when she was made to up. The kyphosis disappeared when she was held up by hands placed beneath the axillin. She was quite unable to support her weight on her legs. The legs could be placed in various unusual positions without difficulty owing to the laxity of her joints, and the dorsum of each foot could be made to just touch the front of the leg without the patient suffering inconvenience or feeling pain. The limbs were well covered, but it was less easy than usual to differentiate the muscles from other soft tissues. The arms and hands were weak, but less so than the lower extremities. When the examiner's hands were placed under the axille and moved upwards they were not impeded by the shouldermuscles in the normal way, but " slipped through" them. The backs of the hands could easily be made nearly to touch the extensor surfaces of the wrists, and the thumbs were freely movable backwards.
She was able to support the weight of her head without difficulty. The kneejerks were absent; the big toes gave a flexor response; the abdominal reflexes were normal.
A fairly strong faradic current was necessary to produce even a very small response from the affected muscles, and no pain was occasioned or objection made on the part of the child. The response of the facial muscles on the other hand was normal. The response to galvanism was slight and sluggish, but distinctly present. A.C.C. > K.C.C. and A.O.C. > K.O.C. Examination of the chest and abdomen showed no abnormality. The urine contained no albumin or sugar. The functions of the bladder and bowel were normal. The discs were clearly defined but rather pale. Dr. Bickerton found no macular changes.
The history, the feeding, and the appearances were against the possibility of weakness from rickets; the well-covered limbs and the recent improvement, together with the general picture, negatived infantile paralysis; there was no history of diphtheritic paralysis, nor would the course have been similar to that of this case; obstetrical palsy would clearly not account for the picture presented, nor could it be due to the myopathies. Against the diagnosis of the Werdnig-Hoffmann infantile type of progressive muscular atrophy was the age of onset, and the absence of familial or hereditary factors; further, the atrophy did not progress from lower limbs to trunk, neck, shoulders, arms, and hands. In favour of a diagnosis of amyotonia congenita were the appearance of fully developed symptoms either in the first few months of life or more probably soon after birth, the marked muscular flaccidity, the symmetry, the absence of deep reflexes and of complete paralysis in the affected muscles, no apparent loss of sensibility, the peculiar electrical reactions and the distinct improvement which has taken place generally, although in the arms more particularly, since she came into hospital. She is receiving massage daily and a few gentle passive movements.
A Case of Aortic Aneurysm (Intrapericardial). -Heart enlarged; area of dullness increased to the left, to the region of the apex impulse in the fifth space, 41 in. from the mid-sternum; percussion dullness in the second right space 11 in., and in the third right space 2 in. from the mid-line; systolic pulsation and thrill in the third right space; systolic murmur at the apex; heart's action irregular, frequent premature contractions; vessels moderately thickened; blood-pressure 160 mm. systolic, 90 mm. diastolic; no venous congestion; no clubbing of fingers; no objective evidence of raised intrathoracic pressure.
X-ray Examination.-Large, densely opaque, pulsating tumour, with clear-cut margin extending outwards to the right and downwards from the base of the aortic stem in the second and third intercostal spaces; examination in the oblique positions shows that the tumour extends forwards to the chest wall and backwards into the posterior cardiac space, partially obliterating the upper third of the latter cavity;
heart enlarged downwards and to the left; margin of left ventricle abnormally convex, and left cardio-phrenic angle poorly defined; diaphragmatic action fair on both sides; lungs appear normal. Dr. PARSONS-SMITH commented on the length of history-thirty-one years-and was of opinion that the case might reasonably be accepted as cured in so far as the aneurysm was causing no subjective disability at the present time; he further remarked upon the intrapericardial position of the aneurysm, which he felt was largely responsible for the favourable course the case had pursued, the aneurysm having the continuous support of the layers of the pericardium on its outer surface.
